Introduction: In 2010, World Health Organization defi ned mixed adeno-neuroendocrine carcinoma as rare tumor with two malignant components: neuroendocrine and adenocarcinomas. A rare mixed adenoneuroendocrine carcinoma of the ampulla of Vater was diagnosticated in this report. Results: in the current english literature there are only 22 published cases until now. Ampullary carcinoma has been sub classifi ed into 4 categories based on the exact location and such location has distinct prognostic factors. There are three types of morphology according to the distribution of the exocrine and endocrine component: amphicrine, mixed and collision. The mixed type is the most common and present in this case. Diagnosis before the surgery is diffi cult due to the predominance of non-specifi c symptoms and because the rarity of the tumor. The surgery is the fi rst line therapy and, after radical resection, adjuvant therapy must be considered, focusing on the more aggressive histology type.
Introduction
In 2010, World Health Organization classifi ed the mixed adenoneuroendocrine carcinoma (MANEC) as a tumor whose two malignant components are morphologically recognized: neuroendocrine and glandular epithelial cells. By defi nition, its constitution has at least 30% of each histological lineage of tumor [1] .
MANEC's are uncommon neoplasms that usually appears in the stomach, colon/rectum and pancreas. Therefore, periampullary presentation is atypical and less widespread in the scientifi c community [2, 3] .
This study identifi ed a rare case of MANEC in duodenal papilla topography. The clinical presentations, histopathogenesis, epidemiology, forms of diagnosis and treatment are not well described in the literature, only a few cases have been reported, therefore, there is no standardized or offi cially recommended treatment.
The purpose of this article is to expand medical knowledge, bringing to the fore a report of this singular neoplasia in order to promote future studies.
Case Presentation
A man of 70 years-old was admitted to the clinic with fever, progressive jaundice, pale stools, fi ve months of right hypochondriac pain and loss of weight [5] . In this case, the tumor was in a duodenal periampullar position. The location is linked to distinct prognostic factors, the best subtype is the intra-ampullar and the worst subtype is the non-specifi c locus of ampulla [6] .
There are several theories about histopathogenesis. fi brous band between these two parts. The last one contains simultaneously isolated endocrine and exocrine parts [7] .
The preoperative diagnosis of MANEC is diffi cult due to the of nonspecifi c symptoms such as abdominal pain, nausea, vomiting, discomfort epigastric, jaundice and most of the patients do not present carcinoid syndrome, as a present case.
The radiological fi ndings areno specifi c, even the previous endoscopic biopsy, because the removal of small areas may not cover all the components of the tumor [5] . The confi rmation of the diagnosis depends on histopathological analysis and immunohistochemistry after surgery as occurred in the case in question [4, 8] .
Due to the few cases reported in the literature, there is no consensus about the subject and, therefore, the clinical behavior is uncertain. At the present, it is defi ned that surgical intervention is the fi rst line of treatment for cases with resectable tumors. After radical resection, multimodal treatment with adjuvant radiotherapy and/or chemotherapy should be done. Lee et al have proposed that treatment should be focused on the more aggressive cell type. It is believed that the glandular component, rather than of the neuroendocrine component, seems to be the main driving force of disease progression [4, [8] [9] [10] [11] [12] [13] [14] [15] [16] [17] .
Results
After the procedure, the patient evolved without 
Conclusion
Periampullar MANEC's are rare tumors. They are diagnosed after resection and immunohistochemical analysis. There is no literature about the standardization of their management, because of their histology origin, as well as the low prevalence, which makes it diffi cult to establish diagnosis and the best treatment, thus justifying the publication of the identifi ed cases to develop future studies.
